H3 uptake (ct/min per 0.1 ml whole blood) mean Well until a two-day episode of diarrhoea and vomiting at age 4 months, followed by prolonged loss of appetite and failure to gain weight (Fig 1) . Initial investigations, including a jejunal biopsy were normal. From age 5 months, he suffered recurrent respiratory infections, which became more persistent until, at 9 months, he presented with bronchopneumonia unresponsive to routine treatment. Family history: Parents well. One Progress: During the weeks following transplant, he showed no significant graft versus host reaction. There was some lactose intolerance, controlled by the introduction of Nutramigen and a lactose free diet. Four weeks after the graft, intradermal testing with candida antigen elicited a positive delayed hypersensitivity response (clinically he had developed an angry red candida napkin rash two weeks earlier). His pregraft failure of lymphocyte transformation with PHA altered and began to show a slow but steady increase in transformation rate, an increase which has persisted over the ensuing months (Fig 2) . In addition, spontaneous lymphocyte rosettes with sheep red cells had risen to 28 % by five weeks post transplant. Immunoglobulins also showed an increase and at one time his IgM level was very high but, on immunoelectrophoresis, did not show a monoclonal pattern. This level then settled to normal (Table 1 ). In addition, anti-A and anti-B agglutinins are now detectable. Most striking of all was his clinical response, for he showed gradual, but steady improvement, becoming an alert, active and happy child and with uninterrupted weight gain (Fig 1) .
His appearance now, 10 months post-transplant and at an age of 19 months is of a child developing normally, able to cope with minor infections and with immunological data to support this. Eldest and youngest sibs of a family (Fig 1) ; have shown since birth a rash resembling that of Still's disease, with mental retardation, failure to thrive, anemia, lymphadenopathy, arthropathy, and uveitis. Intermediate sib is healthy, as are parents, who are not consanguinous. R B refused to stand at 10 months; his knees and elbows became swollen from 18 months, and by the age of 2 years he had developed contractures of knees, hips and elbows, with wasting. His younger sister, C B, developed in the same way.
The rash is florid and biopsy shows a more severe reaction than in Still's disease, with marked perivascular polymorph aggregation. X-rays: no fluid, but abnormal ossification of epiphyseal cartilage much more severe than in Still's disease, involving both periphery and whole, sometimes asymmetrically (Fig 2A, B) .
ESR 50 mm in 1 hour (Westergren), hypochromic anamia, WBC 12 000-23 000/mm3. Complement components (Professor P J Lachmann): no specific deficiency. Other investiga- tions, including chromosomes, lipids, rheumatoid factor, antinuclear factor, WR, toxoplasma antibody and HLA typing: noncontributory.
Discussion
This syndrome is a hitherto undescribed genetic disorder with widespread manifestations. The rash, fever and joint swelling closely resemble Still's disease (or Wissler-Fanconi syndrome, which we believe to be the same). There is no sign yet of amyloid, ruling out the syndrome of Muckle & Wells (1962) and familial Mediterranean fever. There appears to be no complement disorder, and this eliminates Cl esterase inhibitor, C3b inactivator and other inherited complement deficiency states, sometimes characterized as SLE-like. Obviously it involves part of the inflammatory mechanism, but there is no suggestion of Henoch-Schonlein purpura (rarely 
